pidermolytic hyperkeratosis (EHK) is a histological reaction pattern that may be seen in several clinical settings, including epidermolytic ichthyosis (EI), Vorner's epidermolytic palmoplantar keratoderma (PPK), epidermal nevus (especially systematized variant), solitary epidermolytic acanthomas, and as an incidental fi nding. Solitary epidermolytic acanthomas may have a nonspecifi c presentation, making clinical diagnosis rather diffi cult ( 1 , 2 ) . Here, we present an unusual case of multiple vulvar epidermolytic acanthomas and the attendant diagnostic challenge.
CASE REPORT
A 59-year-old white woman presented with multiple asymptomatic papules on her vulva which she had noticed several months earlier while bathing. She denied lesions elsewhere. Previously, she had hypertension and hypercholesterolemia, and her father had melanoma. She had no history of skin cancer. She had been married to the same male partner for >10 years. After noticing one papule, she began discovering other small papules in her genital region and became concerned. Th ese lesions never itched, bled, or bothered her. She had no fever, chills, or weight loss. A 4 mm verrucous papule was noted on the left labium majus surrounded by smaller 1 to 2 mm hyperkeratotic papules on both the left and right labia ( Figure 1 ). Th e patient had no regional lymphadenopathy or similar lesions elsewhere.
Shave biopsy of a lesion on the left labium majus revealed papillomatosis with hyperkeratosis, hypergranulosis with clumped keratohyaline granules, and multifocal vacuolization ( Figure 2 ) . Th e patient was relieved to learn that her lesions did not represent a sexually transmitted disease and were consistent with agminated epidermolytic acanthomas.
DISCUSSION
EHK is a histological fi nding seen in several conditions, including EI. EI is a genodermatosis characterized by blistering and erythroderma at birth or shortly thereafter with hyperkeratosis most pronounced on extensor surfaces later in life. Although this disorder usually displays an autosomal dominant inheritance pattern, 50% of cases result from spontaneous mutations ( 3 ). Th is form of ichthyosis is characterized by a defect of suprabasal keratinocytes due to mutations in keratins 1 and 10 and has a prevalence of approximately 1 in 200,000 to 300,000 individuals. Histologically, EHK may also be seen in Vorner's PPK, an autosomal dominant dermatosis, which presents early in life with thickening of the skin on the palms and soles due to mutations in keratins 1 and 9. Children of patients with EI Figure 1 . A 3 mm hyperkeratotic papule located on the left labia majora surrounded by smaller 1 to 2 mm hyperkeratotic papules on both the left and right labia majora. April 2016 Presentation of epidermolytic acanthomas as multiple tan papules on the vulva as well as those with mosaic presentations (such as epidermal nevus) with germline mutations may harbor the mutation and manifest EI.
Our patient presented with grouped vulvar epidermolytic acanthomas. We hypothesize that her presentation may represent genetic mosaicism with a delayed onset; however, she did not undergo formal genetic testing. She denied any family history in her parents or children of any skin diseases and, in particular, denied any known diagnoses of EI, Vorner's PPK, and epidermal nevi in her fi rst-degree family members.
Solitary epidermolytic acanthomas have been described in widespread locations including the face, extremities, and genitalia ( 4 ). Epidermolytic acanthomas localized to the genital area were once noted to be rare, with fewer than 10 cases reported; however, recent studies suggest that this location is more common than previously thought ( 5 -7 ) . Th e genitalia may in fact be the most common anatomic site for epidermolytic acanthomas ( 5 ) . Clinically, epidermolytic acanthomas may present as sessile, fl esh-colored, or brown papules, as well as exophytic verrucous papules ( 5 ) . A nonspecifi c clinical presentation can make diagnosis challenging. Kazlouskaya et al retrospectively reviewed 64 biopsies from 60 patients and found that not a single case of EHK was diagnosed correctly on initial clinical presentation. Frequent misdiagnoses included warts, seborrheic keratoses, condylomas, molluscum, and squamous cell carcinoma ( 5 ) .
Th e clinical diff erential diagnoses of epidermolytic acanthomas of the genital area include viral and neoplastic entities. Patients are often concerned about sexually transmitted diseases ( 7 ) . In situ hybridization studies of genital epidermolytic acanthomas have failed to show any evidence of genital human papillomavirus types in these lesions ( 5 ) . Diagnosis of epidermolytic acanthoma requires histopathological examination. Biopsy of a single lesion in our patient's case was diagnostic.
Treatment of epidermolytic acanthomas is not necessary given their benign nature. If desired, lesions may be treated with surgical excision or cryotherapy. One report noted complete resolution with topical 5% imiquimod cream after 4 weeks of use ( 8 ) . Our patient noted softening of the lesions with decreased roughness with use of a topical lactic acid preparation; this has not been previously reported in the literature. Other topical therapies that can be used include glycerin, urea, and alpha-hydroxy acids, which may improve the hyperkeratotic, scaly nature of EHK ( 3 ). 
